The patient, an 11-month-old girl born with Cornelia de Lange syndrome and tetralogy of Fallot, underwent placement of a right modified Blalock-Taussig shunt as a neonate. She had done well clinically with acceptable oxygen saturations. Echocardiography suggested an abnormality of the aortic arch. She underwent cardiac catheterization to address branch pulmonary artery stenosis prior to complete repair. Angiography demonstrated the rare finding of a double lumen left aortic arch. The double lumen is felt to arise from persistence of the embryologic fifth aortic arch. 1 The fifth arch is situated inferior to the true aortic arch. The brachiocephalic arteries arise from the true aortic arch. This may be an isolated abnormality and have no clinical significance. This case illustrates an association with tetralogy of Fallot. It also has been described in association with coarctation of the aorta. 
